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Summary
Rarely occurring mucosal melanomas constitute a distinct biologic and prognostic disease. Only sporadic cases of paediatric mucosal 
melanomas have been reported. A case of a primary amelanotic oral melanoma in an adolescent girl is presented. Pathomorphology
of mucosal/oral melanomas are also presented and their epidemiology and prognoses are discussed. 
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Czerniak z³oœliwy b³ony œluzowej jamy ustnej u 16-letniej pacjentki
Streszczenie
Rzadko wystêpuj¹ce czerniaki z³oœliwe b³on œluzowych stanowi¹ odrêbn¹ biologicznie i prognostycznie formê czerniaka. Czerniaki 
œluzówkowe w pediatrycznej grupie wiekowej opisywane s¹ jedynie sporadycznie. Praca opisuje przypadek amelanotycznego czerniaka 
z³oœliwego jamy ustnej u dorastaj¹cej dziewczyny. Przedstawiono równie¿ cechy morfologiczne czerniaków œluzówkowych oraz omówiono 
ich epidemiologiê i rokowanie.
S³owa kluczowe: czerniak z³oœliwy, m³ody wiek, patomorfologia, epidemiologia, prognoza.
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Introduction mucosa of an adolescent girl. Comprehensive data concer-
ning the pathomorphology of mucosal melanomas are sur-
Mucosal melanomas occurring in vagina, vulva, penis, veyed, and their epidemiology and prognosis in the young 
oral mucosa, oesophagus, anus, gallbladder, nasal cavity, are discussed.
and conjunctiva constitute a distinct entity, which differs both 
biologically and prognostically from their cutaneous Case report
counterparts. They comprise about 2% of all melanoma 
cases [1]. A 16 year-old girl visited her general practitioner with
Oral melanomas are rare; they make up only 0.05% of all a slowly growing painless nodule in the right subma-
intraoral malignant tumours. However, the occurrence nidibular region, which had been observed by the patient
of mucosal melanomas is significantly variable in various for two months. Different malignant tumours, not closely 
parts of the world, and interestingly, oral melanomas make specified, were noticed in her father's family, both in adults 
up 12% of all melanoma cases in Japan. Paediatric cases and children. Melanoma or dysplastic nevi were observed 
of oral melanoma are extremely rare [2]. Hidden tumour neither in the patient, nor in her relatives. 
localisation and amelanotic lesions make the diagnosis very The patient was referred for consultations to a dentist and 
difficult [3,4]. laryngologist. An oval, well demarcated, slightly elevated, 
We report a case of primary amelanotic melanoma in oral non-pigmented and non-ulcerated lesion on the dental line-
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level in the right cheek mucosa was discovered. Clinically, 
the lesion was not suspected as malignant. 
Fine needle biopsy was performed twice, although dia-
gnosis could not be established. Thereafter, an incision bio-
psy of the oral tumour and excision biopsy of the cervical 
lymph node were made.
Histologically, the tumour consisted of monotonous pro-
liferation of fusiform cells with little to moderate atypia.
No necrosis was found. The number of mitoses was low,
1-2/10 HPF. The subepithelial connective tissue and even
a fragment of skeletal muscle were infiltrated by the tumour. 
The tumour infiltrate reached the epithelium without inva-
ding it. Focal reactive pseudoepiheliomatous hyperplasia 
was noticed in the squamous epithelium above the lesion 
(Figure 1 and 2). The tumour cells were negative for epi-
thelial markers (AE1/AE3, MNF), vascular markers (CD34, 
factor-VIII) and melan-A. Strong positivity was observed
for S-100, HMB-45 and vimentin (Figure 3, 4 and 5). Melanin 
Figure 1. Oral mucosa with infiltration of malignant melanoma and reactive 
pseudoepitheliomatous proliferation of the overlying squamous epithelium 
(H-E; 100x).
Figure 4. Immunostaining for S-100 protein - negative staining in the over-
lying epithelium, while positive reaction in tumour cells (S-100 polyclonal 
antibody - DAKO, ABC-DAB; 200x).
Figure 3. Immunostaining for cytokeratin - positive staining in the overlying 
epithelium, while negative reaction in tumour cells (MNF monoclonal 
antibody - DAKO, ABC-DAB; 200x).
Figure 2. Melanoma infiltrate consists of monomorphic spindle cells with 
mild to moderate atypia (H-E; 400x).
Figure 5. Immunostaining for HMB-45 - strongly positive reaction in tumour 
cells (HMB-45 monoclonal antibody - DAKO; ABC-DAB; 200x).
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Compared with skin melanomas, mucosal melanomas, pigment was not demonstrated. Diffuse metastasis with sa-
as a rule, are diagnosed late and at a more advanced stage, me feature was found in the cervical lymph node (Figure 6). 
i.e. the primary lesions in the case of mucosal melanomas 
are thicker and the regional lymph node metastases are mo-
re frequent. In 50% of cases, metastases are already present 
at the time of diagnosis, as observed in our case, too [1]. 
Grossly, the oral lesions may form a pigmented macula
or an elevated polypoid, pigmented or amelanotic, ulcera-
ted or non-ulcerated tumour. In more advanced lesions, 
destruction of the jaws may occur, which is followed some-
times by toothlessness [7].
Microscopically, the dominant form of oral melanoma is 
similar to cutaneous acral lentiginous melanoma and con-
sists of quite a monomorphic population of spindled or den-
dritic melanocytes. The tumour cells often have a contact 
with epithelium, but pagetoid spreading is not typical. Other 
forms of oral melanomas are similar to nodular melanoma 
without preexistent radial phase. The tumour cells can be 
spindled, epithelioid, or mixed. If melanin pigment is pre-
sent, the Masson-Fontana staining may confirm its nature. 
The patient was referred to a large number of additional cli- Immunohistochemistry is indispensable for the diagnosis, 
nical investigations, but no other tumour was found elsewh- especially if the lesion is amelanotic or poorly pigmented.
re. Wide, radical excision of the oral lesion and rightsided S-100 protein is positive in 97%, HMB-45 in 71% and melan
cervical lymph node dissection sec. Crile were performed. -A in 74% of cases of mucosal melanomas. Detection of me-
The surgical material showed the same histology that was lanosomes by electron microscopy may be conclusive
seen in the excision biopsy. The chromosome translocation for the final diagnosis [8].
t(12;22)(q13;q12), pathognomic for clear cell sarcoma, was Diagnostically difficult cases with intraoral neurotropic 
not found. Only a small metastasis was detected in one and desmoplastic melanomas have also been reported [9]. 
of the additional cervical lymph nodes. The final diagnosis Some cases with malignant melanoma show even pseudo-
was: primary mucosal amelanotic malignant melanoma. epitheliomatous hyperplasia of the overlying epithelium. 
Vascular invasion is described more often in mucosal mela-
Discussion nomas than in their skin counterparts. Only 2-10% of mu-
cosal melanomas are amelanotic, while in the skin the occu-
The epidemiology of mucosal/oral malignant melano- rrence of amelanotic melanoma is more frequent (30%) [4].
mas of young age In the differential diagnosis for a flat-pigmented lesion,
the following entities must be taken into account: mucosal 
Oral melanomas are very rare in patients less than naevi, melanoacanthoma, lentigo simplex and amalgam 
18 years of age, however, interestingly, cases have been tattoo. In nodular lesions: spindle cell sarcoma, and among 
described even in less than 10-year old, and the youngest other things clear cell sarcoma, which shows the same 
patient with oral malignant melanoma in situ being only immunohistological profile, squamous cancer of the spin-
3 months old [2]. dle cell type and even cell rich benign tumours as cellular 
In situ malignant melanoma in the oral mucosa was schwannoma and fibrous epulis should also be conside-
described in a boy with dyspalstic nevus syndrome [5]. red [4]. Based on histologic features and findings in im-
Surveying the literature, we have found only one report munohistochemistry, two entities were taken in account
of amelanotic oral melanoma, with almost identical histo- in the differential diagnosis of our case, i.e. malignant me-
logy as in our case, in an oriental girl who was younger than lanoma and clear cell sarcoma of the soft part. The unequi-
18 years old [1]. vocal positive staining with S-100 antibody and the lack
of t (12;22)(q13;q12) chromosome translocation, which 
The pathomorphology of mucosal/oral malignant mela- occurs about 80% of clear sarcoma cases (10), strongly fa-
nomas vour a malignant melanoma. 
Seventy-five percent of primary oral melanomas involve The prognosis of mucosal/oral malignant melanomas
the maxillary parts of the mouth, such as the palate and
the upper gum. Twenty percent of oral melanomas repre- Prasad et al. examined statistically the significance of ten 
sent metastases. [6]. morphological parameters in the prognosis of mucosal 
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Figure 6. Metastasis of malignant melanoma in the cervical lymph node
(H-E; 100x).
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lescent girl. Arch Pathol Lab Med 2002;126:1110-3.malignant melanoma of the head region. They noticed wor-
  2. Owens JM, Gomez JA, Bayers RM. Malignant melanomasening in the prognosis only in the case of large cell tumours 
in the palate of a 3-month child. Head Neck 2002;24:91-4.with polymorphism, necrosis and vascular invasion. Some 
  3. Chu L, Abdul A, Takahashi T, Koijima A, Himiya T, Kusama K,parameters, which are of crucial importance in the progno-
et al. Amelanotic melanoma of oral cavity. J Nihon Univ Sch sis of skin melanomas, are of no significance in their muco-
Dent 1993;35:124-9.
sal counterparts. Tumour thickness, the level of invasion, 
  4. Notani K, Shindoh M, Yamazaki Y, Nakamura H, Watanabe M, 
tumour diameter, ulceration, metastases to local lymph no- Kogoh T, et al. Amelanotic malignant melanomas of the oral 
des do not have any effect on the outcome of mucosal mucosa. Br J Oral Maxillofac Surg 2002;40:195-200.
melanomas [11]. In another analysis, the increased tumour   5. Tremblay JF, O'Brien EA, Chauvin PJ. Melanoma in situ
thickness correlated well with shorter life expectancy [6]. of the oral mucosa in an adolescent with dysplastic nevus 
Oral melanomas are considered to have a worse pro- syndrome. J Am Acad Dermatol 2000;42:844-6.
  6. Smyth AG, Ward-Booth RP, Avery BS, To EWH. Malignant gnosis than their skin counterparts. The 5-year-survival is 
melanoma of the oral cavity  an increasing clinical diagnosis? only 5% in mucosal melanomas [12]. Furthermore, the ame-
Br J Oral Maxiofac Surg 1993;31:230-5.lanotic tumours are usually even more aggressive than 
  7. Odell EW, Morgan PR. Biopsy Pathology of the Oral Tissues.common pigmented melanomas [4]. According to a single 
st1  ed. London (UK): Chapman and Hall Medical;1998.case report, these data concernig adult patients are not 
  8. Prasad ML, Jungbluth AA, Iversen K, Huvos AG, Busam KJ. 
necesserely applicable to paediatric patients. Mucosal me-
Expression of melanocytic differentiation markers in malignant 
lanoma in the young age, even in the case of a non-radically melanomas of the oral sinonasal mucosa. Am J Surg Pathol 
removed tumor, may have a surprisingly long course [13]. 2001;25:782-7.
Although, the followup period in our case is very short, this   9. Kilpatrick SE, White WL, Browne JD. Desmoplastic malignant 
conclusion concerning the relatively better prognosis may melanoma of the oral mucosa. An underrecognized diagnostic 
hopefully also be applicable to our patient. pittfal. Cancer 1996;78:383-9.
10. Weiss SW, Goldblum JR, editors. Enzinger and Weiss's Soft Careful followup of all available cases may give clearer 
thtissue tumours. 4  ed. St Louis (Miss): Mosby; 2001.insight into the pathobiology and prognosis of mucosal 
11. Prasad ML, Patel S, Hoshaw-Woodard S, Escrig M, Shah JP, melanomas, particularly in paediatric and aldolescent pa-
Huvos AG, et al. Prognostic factors for malignant melanomatients.
of the squamous mucosa of the head and neck. Am J Surg 
Patol 2002;26:883-92.
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